Introduction {#sec1-1}
============

Scleromyxedema is a chronic disease characterized by marked mucin deposition and fibrosis in the dermis presented with multiple firm waxy papules and plaques, systemic manifestations and monoclonal gammopathy. The purpose of this article is to focus on an unusual and confusing presentation that was not discussed in previous publication.

Case Report {#sec1-2}
===========

We report a case of a 55-year-old male patient with an infiltrative slowly progressive firm, reddish, nontender pruritic waxy plaque with a cobblestone appearance on the neck extending to the mandible and upper chest with some minimal prominent lymph nodes in bilateral jugular chains from 9 months ago. The patient has no history of weight loss or any other systemic symptoms \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\].

![(a) Infiltrative erythematous plaque on the neck (b) View from the lateral side](IJD-65-310-g001){#F1}

![After 3 months the lesion was more obvious and larger in size](IJD-65-310-g002){#F2}

Spiral CT scan of the neck, chest, abdomen, and pelvis showed the vascular soft-tissue mass with 82 mm × 50 mm size anterior to the thyroid and trachea with some axillary lympahdenopathy on both sides. Hypodense soft-tissue mass with 44 mm × 27 mm size encasing the left gastric artery also was seen. Serum protein electrophoresis and immunoelectrophoresis were normal, and no gammaglobulinemia were found. Lymph node biopsy was reactive. A biopsy was taken and showed proliferation of fibroblasts or fibrohistiocytes as interlacing bundles between collagen fibers, in a marked mucinous background which was compatible with the diagnosis of scleromyxedema \[[Figure 3](#F3){ref-type="fig"}\]. Immunohistochemistry (IHC) was done to support the diagnosis and to rule out other suggested diagnosis such as inflammatory myofibroblastic tumor and dermatofibrosarcoma protuberans (DFSP); Ki67: 3%--5% in inflammatory cells, rare in spindle cells \[[Figure 4](#F4){ref-type="fig"}\]; Smooth muscle actin (SMA): positive in spindle cells of the tumor \[[Figure 5](#F5){ref-type="fig"}\]; Desmin: negative in tumor cells \[[Figure 6](#F6){ref-type="fig"}\]; CD34: positive in vascular walls and focally in spindle cells \[[Figure 7](#F7){ref-type="fig"}\]; CD31: positive in vascular walls \[[Figure 8](#F8){ref-type="fig"}\]; Immunoglobulin G (IgG) 4: negative; Anaplastic lymphoma kinase (ALK): negative; CD99: negative; Vimentin: positive. Linear endoscopic ultrasound examination was performed for the mass around the gastric artery showing ill-defined hypoechoic soft-tissue closed to the celiac region. Fine-needle aspiration was performed, but no malignant cells were found in the cytology.

![(a and b) Hematoxylin and eosin stain showing fibroblast proliferation between dense collagen fibers with high mucinous deposition (×100)](IJD-65-310-g003){#F3}

![(a and b) Immunohistochemical stain Ki67 positive only in 5% of inflammatory cells and rarely in the spindle cells (×100)](IJD-65-310-g004){#F4}

![(a and b) Immunohistochemical stain with smooth muscle actin positive in spindle cells of the tumor and in vessel walls (×100)](IJD-65-310-g005){#F5}

![(a and b) Immunohistochemical stain of desmin was negative in tumor cells (×100)](IJD-65-310-g006){#F6}

![(a and b) Immunohistochemical stain of CD34 which was positive in vascular walls and only focally in spindle cells (×100)](IJD-65-310-g007){#F7}

![(a and b) Immunohistochemical stain of CD31 which was positive only in vessel walls (×100)](IJD-65-310-g008){#F8}

Discussion {#sec1-3}
==========

Scleromyxedema is an uncommon disease. It affects the middle-aged adults without sex predilection. It is characterized by a widespread symmetric eruption of small, waxy, and firm papules that are closely spaced and often arranged linearly. The papules are typically 2--3 mm, dome-shaped, or flat-topped. The most commonly affected areas include the face, neck, distal forearms, and hands, with sparing of the palms, scalp, and mucous membranes. Itching is not rare. The affected skin may exhibit diffuse erythema, edema, and a brownish-discoloration. As the condition progresses, erythematous and infiltrated plaques may occur with skin stiffening, sclerodactyly, and decreased mobility of the mouth and joints.\[[@ref1]\] The systemic manifestations of scleromyxedema are serious and have been fatal in some cases. Mucin has been identified in adventitia around vessels in many systems, including the heart and lungs.\[[@ref2]\] Up to 83% of patients with scleromyxedema have been described as having a paraproteinemia, predominantly of the IgG-λ subtype. The disease may progress to multiple myeloma in 10% of cases.\[[@ref3]\] Other systemic manifestations include myositis, disturbances in the central nervous system and peripheral neuropathy, coma (preceded by flu-like illness), arthralgia and arthritis, renal disease, lung involvement, dysphagia, and laryngeal involvement. Intravenous immunoglobulin (IVIG), alone or in combination with systemic medications, has gained widespread acceptance as first-line therapy for both the cutaneous involvement and associated systemic manifestations, including the dermato-neuro syndrome.\[[@ref4][@ref5]\] Melphalan used to be the main treatment for scleromyxedema; however, it may have contributed to patients deaths from the inducement of hematologic malignancies.\[[@ref6]\] Other therapies includes steroids, methotrexate, cyclophosphamide, thalidomide, cyclosporine, oral retinoids, extracorporeal photopheresis, and plasmapheresis.\[[@ref7]\]

In such cases with growing infiltrative tumoral hard plaque, scleromyxedema could mimic other entities and the diagnosis becomes difficult, revealing the importance of clinicopathologic correlation. Scleromyxedema could be mistaken with nephrogenic systemic fibrosis (NSF), scleredema, localized myxedema, mycosis fungoides, nodular amyloidosis, metastasis, DFSP, other mesenchymal tumors, and inflammatory myofibroblastic tumor. It is easy to rule out nephrogenic systemic fibrosis (NSF) clinically, as it develops in patients suffering from renal failure exposed to gadolinium-containing contrast media, and it usually tends to be distributed symmetrically on extremities. Scleredema lacks fibroblast proliferation despite mucin deposition and fibrosis, and myxedema usually appears on the shins with a previous history of Grave's disease or treatment of the thyroid disease. Mycosis fungoides, nodular amyloidosis, and metastasis are easily differentiated on the basis of histologic findings, and general workup for any malignancy source as was done for this patient. Immunohistochemistry (IHC) is sometimes necessary, especially for DFSP to be ruled out. DFSP usually starts as a single slowly growing plaque on the trunk, and histologic findings show storiform fascicles of atypical spindle cells and involvement of the subcutaneous tissue in a pattern seems like a honeycomb, but in early stages, there might be low-cellularity and minimal atypia. Spindle cells are strongly positive for CD34 and negative for factor Xllla. Inflammatory myofibroblastic tumor also called inflammatory pseudotumor is a rare tumor found mostly in internal organs, such as lung, abdomen, mediastinal, genital, and soft tissues, but it can involve the skin rarely. Spindle cell proliferation (predominantly myofibroblastic) and a prominent inflammatory infiltration mostly composed of plasma cells forms the main pathologic findings. Its IHC is positive for the Desmin, SMA, and ALK-1.

Unfortunately, patient's compliance with any treatment modality was poor.
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